. The left atrium was normal. Spirometry showed a forced expiratory volume (1 s) of 1580 ml and a forced vital capacity of 2090 ml (ratio 76%).
Osteogenesis imperfecta is a heterogenous group of disorders of collagen biosynthesis' characterised by osseous fragility and a familial incidence. Recent biochemical advances and genetic studies have allowed a detailed classification to be established. 2 One subtype (Sillence type I) is characterised by blue sclerae, deafness, and fractures with or without dentinogenesis imperfecta. As 48% had abnormal mitral valves causing mitral regurgitation, whereas 87% had aortic regurgitation. The same group studied 20 symptom free patients and found cardiovascular abnormalities in all of them (seven were hypertensive and 13 has a soft late systolic murmur).6 Only one had echocardiographic mitral valve prolapse and none had important mitral regurgitation. Valve disease in osteogenesis imperfecta may be amenable to operation; however, the perioperative risks are increased both by a generalised bleeding tendency of uncertain cause and by decreased mobility.7
It is difficult to determine the frequency of valve disease in osteogenesis imperfecta because it is such a heterogeneous disorder. Four major types have been described,2 each with a distinct familial pattern. Each type may be expressed with variable penetrance, but in a given family the clinical features are similar. Only patients with the milder types of the disease (I and IV) generally survive to adulthood, hence reported cases must belong to these groups although specific features are not reported.
The floppy mitral valve is increasingly recognised in normal individuals8 and in patients with collagen disorders. Ninety cases were found in 1984 routine necropsies9; this resembled the frequency that was found by echocardiography.10 Few of the cases in which the chordae tendineae were intact had a valvar abnormality related to the cause of death; the floppy valve contributed to death in 39% of cases in which there was rupture of the chordae tendineae. The floppy valve is also found as an isolated abnormality in cases of sudden death; in most there are important ruptured chordae and mitral regurgitation. Haemopericardium is not reported.
Thus our patient appears to have had a mild form of osteogenesis imperfecta type I, with blue sclerae, deafness (predominantly conductive), and fragile bones. His death from left atrial rupture was an unusual complication of this generalised connective tissue disorder.
imperfecta.
Left atrial rupture in osteogenesis 
